Intraosseous arteriovenous malformation (AVM) in the craniofacial region is rare. When it occurs, it is predominantly located in the mandible and maxilla. We encountered a 43-year-old woman with Klippel-Trenaunay syndrome affecting the right lower extremity who presented with a left orbital chemosis and proptosis mimicking the cavernous sinus dural arteriovenous fistula. Computed tomography angiography revealed an intraosseous AVM of the sphenoid bone. The patient's symptoms were completely relieved after embolization with Onyx. We report an extremely rare case of intraosseous AVM involving the sphenoid bone, associated with Klippel-Trenaunay syndrome.
INTRODUCTION
Intraosseous arteriovenous malformation (AVM) is a rare form of extracranial AVM. 5) 6) The location most frequently involved is the craniofacial region, especially the mandible followed by the maxilla. 2) Most lesions present as excessive, recurrent hemorrhage following dental eruption or surgical extraction. 2) We encountered a patient with Klippel-Trenaunay syndrome (KTS) who presented with insidious onset of ipsilateral retroorbital pain, conjunctival injection, proptosis, and diplopia mimicking cavernous sinus dural arteriovenous fistula (CSDAVF) and was found to have an intraosseous AVM involving the skull base.
CASE REPORT
A 43-year-old female was referred to our hospital under the impression of a left CSDAVF. On presentation, she revealed left chemosis and proptosis that had developed ten days previously following several weeks of ipsilateral retroorbital pain and headache. She also had diplopia mainly due to ipsilateral abducens palsy. Brain magnetic resonance imaging (MRI) from the referring hospital showed a dark-signaled void lesion at the left paracavernous region and mild dilatation of the ipsilateral cavernous sinus and superior ophthalmic vein.
On physical examination, her right lower leg was hypertrophied with a geographic pattern of bluish cu- taneous stains (Fig. 1) . No vascular bruit was audible in the limb and she had no complaints about her leg.
There was no family history of note, including no history of vascular malformations. We diagnosed our patient as KTS basis on her features. period. Her eye symptoms gradually resolved over 3 days and she was discharged without any complications.
A 3-month follow-up angiogram demonstrated complete obliteration of the AVM (Fig. 4A , B, C).
DISCUSSION
Intraosseous AVM is very rare, with most reported lesions involving the head and neck region followed by the vertebra. The KTS patients are characterized as having, hypercoagulability, including higher rates of deep venous thrombosis (DVT) and thromboembolic complications than non-KTS patients.
3) Aggressive intra-and postprocedural DVT prophylaxis has been recommended for these patients, and low-molecular-weight heparin may be effective. 9) Our patient was heparinized during the embolization procedure and administered low-molecular-weight heparin afterward.
The patient experienced no thromboembolic events during the periprocedural period.
This report describes a very rare case of intraosseous AVM in the sphenoid bone associated with KTS. It was successfully treated with Onyx embolization.
If an endovascular treatment is considered in KTS patients, it is important to know specific characteristics of this syndrome, including hypercoagulability, reducing any periprocedural thrombosis related morbidity.
CONCULSION
We report an extremely rare case of intraosseous AVM involving the sphenoid bone, associated with KTS.
